History: Inability to cry at birth, and subsequent hoarseness. 12 years of age: development of lesions of left shoulder, neck, and elbows. 1956: diagnosed as having akinetic epilepsy, controlled by Epanutin. 1958: referred to ENT Department with hoarseness, and from there to Department of Dermatology. Had increased tendency to bruise with a positive tourniquet test and menorrhagia. Corticosteroid therapy for eight months with improvement of voice, skin lesions and disappearance of bruising tendency. August 1960: painless swelling of left submandibular gland for one month. Hoarseness and skin lesions have slowly progressed since onset except during corticosteroid therapy. No history of consanguinuity, but her mother has diabetes mellitus. Biopsies of skin and larynx histologically similar.
They show clumps of hyaline, PAS positive material in the dermis with perivascular and periglandular deposition. (The perivascular material appears to be replacing the mucous membrane.) The elastica is degenerate and reticulin absent in these areas. Thick fragmented clumped areas of elastic outside the hyaline material. Comment: This patient presents a classical picture of lipoid proteinosis with a new feature of increased bruising tendency. The histological findings so far as they go, support the hypothesis that this is an infiltrative rather than a degenerative condition. Dr H4 R Vickers: I first saw this patient some three years ago and she was referred to me from the ENT Department. I thought that she probably had pseudoxanthoma elasticum but the correct diagnosis was made by the pathologists on the biopsy from the skin of the side of the neck. I mentioned this case in my Watson Smith lecture. Dr G B Dowling: According to Scott & Findlay (1960) who have studied the literature very fully this may well be the first case to be presented in Great Britain. These authors have recently collected 27 South African cases and they point out that like two other inherited diseases, porphyria and pseudoxanthoma elasticum, the incidence in relation to population is very high indeed.
The South African cases have occurred in 18 white families of whom 17 bear Africaans surnames, and 1 coloured family. They believe that the anomaly was probably imported from Germany at an early stage of the white settlement in South Africa.
In a personal communication Dr Findlay has informed me that none of the South African cases, of which the first was reported in 1948, has died. REFERENCE Scott F P & Findlay G H (1960) S. Afr. med. J. 34, 189 Dr C D Calnan: Last week I saw a severe example of this condition in Professor Orbaneja's clinic in Madrid. The patient was a child of about 8 or 9 and the whole of her face showed intense reddish yellow infiltrate. It is possible that light had something to do with it.
Professor J T Ingram: I saw Urbach's original case in Vienna in 1935. There was a positive family history. I understand there is no family history in this case? The condition is described in a recent book by Fleischmayer. Dr J J Jacobson: We see quite a number of these casesin South Africa: the pathologist's report always makes the diagnosis very soon. They include very young children, and often there is a familial pattern.
Psoriasiform Dermatosis associated with Bizarre Metabolic Abnormalities
Maurice Garretts MRCP (for Professor C E Dent) S A M, female, aged 12. Schoolgirl. History: This girl was referred to University College Hospital by Dr Patrick Montgomery, to whom we are most grateful for the opportunity to
